Since the work of Hunter, Turnbull and others, many cases of generalized osteitis fibrosa associated with hyperparathyroidism, and cured by the removal of a parathyroid tumour, have been described. The following case presents some unusual features.
Ilistory.-The patient, a woman, aged 42, first came to hospital in April 1934, complaining that for some months she had noticed that her back was becoming bent. She was found to have a general kyphosis, and an X-ray examination showed rarefaction of the vertebral bodies.
The provisional diagnosis of senile osteoporosis was made, and the patient was fitted with a spinal support with double pelvic bands, lateral steels, and arm rests. Three months later she returned to hospital complaining of weakness and wasting of the right hand. This was thought to be due to pressure of the arm-rests on the brachial plexus. The lateral steels bearing the arm-supports were therefore lowered, and the arm was placed in a sling.
Three weeks later she gave the history that a few days previously her hand had slipped accidently out of the sling, causing very severe pain in the little finger, which had since been swollen. The finger when examined was found to be swollen and enlarged, and a skiagram revealed a pathological fracture of the fifth metacarpal bone, and generalized rarefaction and cystic degeneration of the bones of the hand and wrist. The other bones of the body were then examined by X-rays, and pathological fractures of both clavicles were demonstrated, together with cystic changes, as in the bones of the hand. It was now quite clear that the upturned anterior ends of the arm-rests had, by pressure, produced a pathological fracture of both clavicles, and that the brachial plexus paralysis on the right side resulted from the pressure of the fractured fragments of the clavicle, rather than from the direct pressure of the arm supports themselves.
By this curious accident the diagnosis of generalized osteitis was established. The bones of the skull, forearm, feet, leg, and pelvis all showed similar cystic changes. The blood calcium was 16 -8 mgm., and a few days later 17-8 mgm. (normal 6-12 mgm).
The general condition of the patient was good. There were no symptoms. Some excess of body pigmentation was observed, resembling that produced by deep sunburn. There was no visible or palpable tumour in the region of the thyroid gland.
Operation.-On November 14, 1934, under local ancesthesia, and through an ordinary collar incision in the neck, the thyroid gland was exposed. The usual sites of the parathyroid bodies were explored, but no tumour was found. It was thought that the tumour might be embedded in the thyroid tissue so, on that assumption, the whole of the right lobe of the thyroid gland was removed, together with the isthmus and one half of the left lobe. Subsequent microscopical examination of the excised tissue showed the presence of normal thyroid and parathyroid tissue only; there was no tumour tissue.
The failure of the operation was explained to the patient, and it says a great deal for her courage that she agreed to return after an interval for further operative treatment.
On her re-admission to hospital the pigmentation was deeper. The blood calcium was 17-3 mgm. and the blood phosphorus 1-17 mgm.
On January 19, 1935, with intratracheal anesthesia, and through an incision lower in the neck, a much more thorough exposure was made than on the previous occasion. The sternal heads of both sternomastoids were detached from their origins and thrown outwards, the trachea and cesophagus were rapidly exposed, and the remaining half of the left lobe of the thyroid was inspected. As no tumour could be seen or palpated, the whole of this thyroid tissue was removed with the exception of a small portion on the inner and posterior surface. Naked-eye examination of the tissue removed showed no obvious parathyroid tissue, and it was concluded that the tumour was aberrant in position. The cesophagus was lifted forwards, and the prevertebral region on each side was explored without success. Lastly attention was directed to the superior mediastinum, and in this situation lying well down beneath the innominate artery and a little to the right of the mid-line a rounded parathyroid tumour was at once identified, freed from its loose connexions, and removed with ease.
The tumour measured nearly three-quarters of an inch in diameter, was yellowishbrown in colour, and on microscopical section was seen to be made up of the usual typical dropsical oxyphil polygonal cells.
After-treatment and progress of case.-The recovery of the patient was watched with considerable anxiety, for it was almost certain that all the parathyroid tissue had been removed, and unless a parathyroid gland existed in an aberrant position tetany was likely to occur. On the fourth day after operation the patient suddenly developed marked carpopedal spasm. Trousseau's, and Chvostek's signs were positive. There was alarming spasm of the diaphragm, with cyanosis. The blood calcium dropped to 8-4 mgm., the blood phosphorus was 3 2 mgm. It was only by repeated intravenous injections of calcium gluconate in 2-gram doses that the spasm was controlled. From this time onwards the attacks of tetany followed one another in rapid succession. The patient was irritable and unbalanced; on occasions she was violent and threw plates across the room and struck the nurses. She refused to eat, and when not actively aggressive, lay for considerable periods lethargic and dumb. At times she evinced cravings for strange foodstuff, such as herrings and cream, both of which she was allowed, and ate with great relish. The attacks of tetany often took place in the night, with alarming breathlessness and fainting.
The patient was now receiving 250 gr. of calcium lactate orally, and 2 grm.
of calcium gluconate intravenously, each day, as well as two litres of milk and 100 c.c. of '% hydrochloric acid. In all she was receiving about 2,000 units of vitamin D. In spite of this it was with the greatest difficulty that the blood calcium was kept above the level at which tetany supervened. In her case this was about 8-5 mgm.
At this point, through the courtesy of Messrs. Glaxo Ltd., who kindly supplied the material, massive doses of vitamin D (ATIO) 50,000 units-as against the previous dose of 2,000 units-was administered orally as calciferol (vitamin D in olive oil) in dram-doses daily, together with calcium gluconate 2 grm., also administered orally.
From the commencement of this therapy the patient began to improve (see chart, p. 70) the mental symptoms all disappeared; she became brighter, put on weight and was soon a comparatively normal individual. Her blood calcium rose to 12 mgm. and has remained at this normal level ever since, with diminishing doses of vitamin D and of calcium.
The interest of this case lies in the fact that it has been found possible to keep a patient with tetany and who has presumably lost all her parathyroid tissue, alive and well by the oral administration of calcium with massive doses of vitamin D. There is reason to believe that this therapy may be continued indefinitely, and without intolerance or discomfort to the patient. Moreover, once the blood calcium has been raised to a normal level, the frequency of administration of the calcium and vitamin D may be diminished, and the dose also reduced. Byam belongs the credit of recognizing the associated evidences (not very marked) of von Recklinghausen's neurofibromatosis-subcutaneous nodules, areas of pigmentation and retarded mentality. Other medical men saw the patient and the general view was that the bones were brittle and that this condition had caused a curve for which nothing much could be done. The patient had not previously been seen by an orthopedic surgeon, and my view was that there was no evidence of a generalized bone disturbance such as generalized osteomalacia. The condition was a local one, either neurotrophic or vascular in origin, in the latter case resembling Kummel's disease. I took the counsel of two of my senior colleagues who agreed essentially with my viewpoint.
Remedial gymnastics and corrective plasters were applied, but in view of the failure to maintain actively the correction thus obtained, the spine, at the site of
